History: Aged 17 months, diagnosis of steatorrhoea and iron deficiency (Worcester Royal Infirmary). Treated with pancreatin and iron; allowed normal diet. Aged 6 years, pneumonia. 1961: Seen at Royal Alexandra Hospital for persisting pale motions. Found to have steatorrhoea (average daily fat output 8-6 g on 50 g daily intake). Duodenal intubation: gross deficiency of all pancreatic enzymes (confirmed again in 1964) . Normal sweat test and chest X-ray. Iron deficiency anmmia (Hb 67 %). Iron was prescribed and pancreatin re-introduced, the latter being discontinued in 1962.
October 1967: Re-admitted to Royal Alexandra Hospital because of tiring on exertion for previous two months and episodes of abdominal pain and greasy stools; 'diarrheea' precipitated by emotional upsets; appetite good, weight gain steady.
Family history: Sister died in 1951, aged 6 weeks, with pneumonia. Two sisters and a brother healthy with normal sweat tests. One brother, aged 26, has steatorrhoea (daily fat output 29 g) and pancreatic calcification (head and tail); normal sweat test. Mother diagnosed in 1955 (Professor L J Witts) as a case of pancreatic steatorrheea and calcification (later confirmed at Royal Alexandra Hospital after barium meal and cholecystogram); duodenal intubation, 1964, showed gross deficiency of all three ferments. Presented at age of 4 months with a two-week history of abdominal distension, anorexia and dyspncea. Abdomen was grossly distended by a hard mass occupying the whole cavity from the left iliac fossa.
Investigations: Blood pressure 130 mmHg systolic. VMA 430 (normal <10) pg/mg creatinine. IVP: left kidney displaced down presumably by neuroblastoma to level of L 4; liver seen to be grossly enlarged. X-rays: Skull, some thinning in right parietal region. Chest, clear. Treatment and progress: 11.9.64-27.9.64, radiotherapy to whole abdomen (total 2,250 r); no diminution in size of mass; VMA 376 pg/mg creatinine. 11.9.64-12.10.64: intramuscular vitamin B,2 1,000 pg daily. 16.10.64: cyclophosphamide 20 mg b.d.; initial decrease in size of mass. 10.12.64: deterioration in condition; separation of skull sutures and rapid increase of head circumference. 10.3.65: much improved; liver 3, spleen 2 fingerbreadths below costal margin; VMA 91 pg/mg creatinine; IVP normal; some calcification seen in liver. 19.3.65: Removal of left neuroblastoma and liver biopsy (P A L R).
